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ITpoBeneHo obeaenoBanme 150 marueHToB B Bo3pacte 42—83 sieT. BoistBisiach pacipocTpaHEHHOCTh
NMPU3HAKOB HACJIEICTBEHHDBIX HapyLHCHI/IfI COG[[I/IHI/ITC]ILHOI?I TKaHU " CKJIEpOAEreHePaTUBHbBIX
MMOPayKEHUI aOPTAIBHOTO KJIallaHa, B TOM YHCJIE aOPTAJIbHOTO cTeHo3a. I[lokazano, 4To cpemu JIni
CTapIIMX BO3PACTHBIX TPYIIN HauboJiee 4acTO BCTPEUANTCS JUIA ¢ Map(aHOUIHOW BHEITHOCTHIO
(18%) u mpomaricom mutpasibhoro kiaamana (10,7%). Kpome Toro, uem 6oJibliie KOCTHBIX MPU3HAKOB
JIMCIIA3UN  COEANHUTEIbHON TKaHU, TeM OOJIbIle CTEeNeHb BBIPAKEHHOCTH A0PTAJIBHOTO CTEHO3A.
BoisiBrienne B3auMOCBSI3U MEXKIY CKJIEPOIET€HEPATUBHBIMU IMOPAKEHUSMHU A0PTAJIBHOTO KJalaHa
U AUCIIJIACTUYECCKMMU HU3MEHEHUAMN KOCTHOU CHUCTEMBI Ma€T OCHOBaHWE YTBEPK/AATb O HAJIUINUN
B3aMMOCBSI3Y MEKIY MaphaHOUIHON BHEITHOCTBIO U CKJIEPOIEreHEPATHBHBIME MOPAKEHUSIMU A0PTHI,
U PacCMaTPUBATD ATOT (PEHOTUIT B KAYECTBE MIPEIUKTOPA PA3BUTHUST CKIIEPOIETEHEPATUBHBIX TOPAKEHUTT
A0PTAJIHHOTO KJIATIAHA, I CTEHO32 A0PTBL

KnroueBble cioBa: Hacje[NCTBEHHbIE HAPYIIEHUS COEAUHUTENbHON TKaHU, MaphaHomIHas
BHEITHOCTD, CKJIEPOJETEHEPATUBHBIE MOPAKEHMST AOPTAJILHOTO KJAMaHa, KaJbIU(MUIIHPYIONII
A0PTaJIbHBIA CTEHO3.

We have investigated 150 patients aged 42—83 years. We revealed the prevalence of the inherited
disorders of connective tissue, sclerodegenerative changes of the aortic valve including calcific aortic
stenosis. We've shown that there is predominance of the marfanoid habitus (18%) and mitral valve
prolapse (10.7%)among elderly patients. Increasing of number of skeletal connective tissue abnormalities
leads to severity of the aortic stenosis. We conclude that marfanoid habitus is the predictor of the
development of aortic valve sclerotic changes and calcific aortic stenosis.

Key words: inherited connective tissue disorders, marfanoid habitus, sclerodegenerative changes of
the aortic valve, calcific aortic stenosis.

BBenenue CTaTOYHO PEJKUX MOHOTEHHBIX HACJIEICTBEHHBIX
cuHIpoMoB (cuHApoMbl Mapdana, diepca — /lan-

Jgo u ap.). Komurer skcnepros BHOK B 2009 r.

CxyieposiereHepaTuBHBIE TTOPaKEHUS KialaH-
HOTO afmapara aopThl CETOHS SABJSIOTCS CaMOM

pPacIpoOCTPAHEHHON MATOJIOTUEN JIUI[ CTapIIUX
BO3PACTHBIX TPYIIN, a 3aMeHa a0PTAJIbHOrO KJia-
MaHa [0 MOBOAY KPUTHYECKOTO KaJbIuduim-
pyioiero aopraigbHoro crenosa (KAC) zanumaer
TPeThe MECTO CPEIN BCeX KapAMOXUPYPTUYECKUX
BMernaTesabeTB [1].

Ponb HacyescTBEHHBIX HApyIIEHUH COEMHU-
tenproit Tkann (HHCT) B pasButum ckiepoje-
reHepaTHBHbBIX MOPAKEHUI KJIATIAHHOTO afapara
aopThl paHee He paccMmarpuBaiach. [lomumo mo-

IPEJIOKUIT  BBIIEJATh BeCbMa PACIPOCTPaHEH-
nyto rpynny HHCT, wnmetomux moaureHHo-
MYJIBTU(HAKTOPUAIBHYIO PUPOLY, KOTOPYIO ITIpHU-
HATO 0003HAYATD KAK JAMCIUIA3UU COEIMHUTETHHOI
tkanu (/ICT). Cpenu nocaennux, corsacuo «Poc-
CUICKMM pEKOMEHJAIMSAM 10 HacCJe/CTBEHHBIM
HapyIIEeHUSIM COeIMHUTEIbHON TKaHn» [2], caemy-
eT BBIIEJIATD PA3IMyYHbIe JAMCIJIACTUYECKNEe CUH/I-
pombl 1 denorurnsl ([ICud). IIpexie Bcero, peub
uaeT o rnposarce MuTpasbHoro kinanana (IIMK)
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MaphanouHoit BHemHOCcTH (MB), Mapdanomno-
JOOHOM ¥ 3J1epCcOno0OHOM (hEHOTUIIAX, a TaKKe
0 CHHJIPOMeE TUTIEPMOOMIIBHOCTH CycTaBoB. [lepBbie
Hccae0oBaHus, MPOBe/IeHHbIE C MCI0Jb30BAaHUEM
YIOMSIHYTOTO TIO/IX0/Ia, TOKA3aJl €ro IepcreK-
TUBHOCTDb U TIO3BOJIUJIN BBIIBUTD POJIb TPU3HAKOB
BOBJIEUEHUST KOCTHON CUCTEMBI W Map(aHOWIHON
BHEIITHOCTH, KOTOPYIO CJIe[yeT AUarHOCTUPOBATh
IPU HAJTMYUK He MeHee 4 KOCTHBIX TIPU3HAKOB /I1-
39MOpUoOreHe3a, B U3MEHEHHH XapaKTepa Berera-
TUBHOU PETYJISIUN PUTMA CEP/IIA Y JUI] MOJIOJIOTO
BO3pacTa U B Pa3BUTUM apUTMHUYECKOTO CUHPOMA
y martuentoB ¢ UBC [3, 4].

Ileab uccienoBanus — OIEHUTD POJIb KOCTHBIX
MPU3HAKOB 1 MapMaHOUIHON BHEITHOCTH B (Gop-
MUPOBAHUU CKJIEPOJIETeHEPATUBHBIX TTOPAKeHUH
KJIaranHoro anrmapata aoptsl 1 KAC.

Marepuaibl U METObI

O6cnenosanbt 150 marmentoB (82 My KUNHBI 1
68 xenmnun) B Bo3pacTe oT 42 j0 83 jsiet. B ocHOB-
HYIO TPYIIy BKJIIoYeHbl 89 marueHToB (cpemHuii
Bospact 60,7489 ser) u3z Hux 56 mmenn KAC
(cpemnuii BozpacTt 63,4=99 ner), y 33 maruen-
toB (59,7£7,5 ner) npu IxoKI-uccrenoBanun
BbISIBJIEHBI JIOKQJIbHbIE YIJIOTHEHUSI U HAJIUYUe
AKYCTMYECKOU TEHW OT AOPTAJbHBIX TOJYJIYHUIT
6e3 TOBBIIIIEHNsT CKOPOCTU TPAHCAOPTATIBHOTO TI0-
TOKA; TIOCJIeTHIE TIPU3HAKU PACIIEHMBAJIN KaK MPO-
SIBJIEHUE CKJIepO/leTeHePATUBHBIX MOPAKEHUIA KJla-
MAHHOTO anmapaTa. B KOHTPOJIbHYIO IPYIIITY BOTIE
61 mamueHT 6e3 KIMHUYECKUX, (PUBUKAIBHBIX W
IxoKI-ipu3HakoB CcKJepomereHepaTUBHBIX TI0-
paxkeHUi KJamaHHOTO anmapaTta aopTbl (CpeHuii
Bospact 61,3=7,6 Jet).

Y 25 obcaenoBannbix ¢ kputndeckum KAC
BBITIOJTHEHA XUPYPrUYecKas 3aMeHa aopTaJIbHOTO
KJIallaHa C TIOCJEYIONIMM TUCTOJIOTMYECKUM HUC-
CJIeJIOBAHUEM AOPTAJIBHBIX IMOJYJIYHUN. 3aMOpO-
JKEHHbIE CPe3bl 3aCJIOHOK OKPANIMBAIUA CYTAHOM
IT1, mapacduHOBBIE — TEMATOKCUITMHOM W 303MHOM,
TOJIYUIMHOBBIM cUHUM, TI0 Ban-Tusony c¢ mokpa-
MIUBAHUEM 39JIACTHUECKUX BOJIOKOH (DYKCEJTUHOM
no Beiirepry u 6e3 Hero, KOHro KpacHbIM C II0-
CJIeIYIONEeN TOJSPU3AITMOHHON  MUKPOCKOTTHEN.,
I IMMYHOTHCTOXUMUYECKOTO UCCJIeIOBAHUS
UCTIOJIb30BAI AHTUTENIA K K- U A-JIETKUM IETISIM,
AA-amummonny dupmer DAKO u x mpeanbOymMuny
¢dupmbr Millipore.

[ucnnactndeckne (heHOTUITBI  AMATHOCTUPO-
BaJIM 110 METOJINKe, MPEJIOKEHHON Hamu [5] u
BIIOCJIE/ICTBUN  peKOMeH/IoBaHHoil ~ Komurerom
skcieproB BHOK [2]. MB mmarnoctupoBasiach
IPU BbISIBJIEHUU B Tporiecce (heHOTUMTUIECKOTO

SOOOOOOOOBOOOOOOOBOOOOOOOOIOOOOOIOOIOOOOOOOOIOOOOOIOHIOOOOIOOOOIOOOOOIOAHOOOOOIOOOOIOOOOOIOOOOOOIOOOOIOOOOGOOOOOOOBOOOOIOOOOGOOOOOOOOBOOOOOIOOOOS

ob6crenoBanus 4 v 6osee KocTHbIX npusHakos JICT.
[IMK, BoigBaennsiii npu IxoKI-uccaenoBannm
Ha OCHOBaHWY TIPU3HAKOB MTPOJIAOUPOBAHUS OTHOI
i 00erx CTBOPOK MUTPAIBHOIO KiamaHa Gosee
4eM Ha 2 MM 32 YPOBEHb MUTPAIbHOTO KOJIbI[A B T1a-
pacTepHaJbHON MPONOIBbHON To3uiuH [6], nesman
Ha KJIACCUYECKUN (TOJIIMHA CTBOPOK B IHACTOJY
5 u 6oJiee MM) M HeKJtaccuueckuii (6e3 yTosreHust
CTBOPOK).

Pe3sybraThl 1 HX 00CY3KAEHHE

Anamus pacnipoctpanerntoctu JCu® B chop-
MUPOBaHHOI BBIOOPKE TIOKa3aj, 4YTO Hauboee
YaCTO B CTaPIINX BO3PACTHBIX IPYTIIIAX BCTPEYAIOT-
csa smita ¢ MB (27 nabimonenuii — 18% ciryuaes) u
I[IMK (16 na6monenunii — 10,7% ciaydaes). 13 16
JIVTI C TIPOJIATICOM ITSITh UMeJIH Kilaccudeckuii u 11 —
nekaaccuyeckuit [IMK. [Ipyrue JICu® (cunapom
TUIePMOOMIIBHOCTH CYCTaBOB ¥ 3JIEPCOMOTO0OHDIIT
(deHoTHTT) B Hallell BHIOOPKE OKA3aJIMCh HEMHO-
rourcienubiMu (2,0% u 1,3% COOTBETCTBEHHO).
¥V 29,3% 06came10BaHHbIX BBIABJICHO OT 3 10 D CTUTM
1139MOpUOreHesa, uTo B COOTBETCTBUU ¢ Poccuii-
cknmu pekomengarsamu o HHCT paccmartpusa-
JIOCh HAMH KaK BapuaHT, OJM3KUI K HOpMe, U 000-
3HAYATIOCh KaK <IOBBINIEHHAS UCIIACTUYECKAs
crurmarusaiust (ITC). Takum o6pasoM, JIHIIb Y
OJHOW TpeTr 00CIeJ0BAHHBIX JIUI[ CTAPIINX BO3-
pacTHBIX TpyIi BoisiBsiercst oand u3 I Cud, nau-
Gostee pacrpocTpaHeHbl U3 HUX MaphaHOUIHAS
BHeINTHOCTD ¥ nepBuyHbIi [IMK.

OtzaBas cebe 0TYET B TOM, UTO B IIpoiiecce Gop-
MUPOBaHMs BBIOOPKH TIPOBOMJICS IeJICHATIPaB-
JIEHHBIN TIOUCK CJIy4aeB MOPa’KeHUsI AOPThI, MbI
MPOAHAIU3UPOBAIN PacIpeiesieHue TUCTLIacTuye-
CKUX (PEHOTUTIOB B TPYIINAX JIUI] CO CKJIEPOjiereHe-
PATUBHBIMU TIOPAKEHUSIMU KJIATIAHHOTO arapara
1 6e3 HUX. Pe3yJbraThl OIEHKN PacipoCcTpaHeHHO-
cTU (PEHOTUTIOB B 9TUX IPyNIaX MPeCTABIEHbI Ha
puc. 1. Kak BuiHO M3 pUCyHKa, CPe/Id MaIMeHTOB C
NPU3HAKAMU CKJIEPO/IETeHEPATUBHOTO TTOPAsKEHUST
KJIAMIAHHOTO anmaparta MapGaHouHas BHENTHOCTb
BBISIBJISJIACH B 4 pasa yalle, 4YeM B KOHTPOJIbHOI
rpymie (25,8% u 6,5% ciydaeB COOTBETCTBEHHO,
p<0,001). Takum 06pazom, OueBUIHA B3BAUMOCBSI3b
MEXK/1y KOCTHBIMU ITpU3HaAKaMU, KOTOPbIE€ IIPUHATO
accolMupoBaTh ¢ cUHApPoMOoM Mapdana u pgaaom
poactBennbix emy HHCT, ¢ omHoit croponsl, n
CKJIEPO/IETEHEPATUBHBIX TTOPAKEHUN KJIATTAHHOTO
armapara, ¢ Apyroit. Oka3aaoch, 4YTO Cpeiu JIUIL CO
CKJIEPO/IETEHEPATUBHBIMY MOPAKEHUSIMU KJIallaH-
HOTO amnmnapara 3 KOCTHBIX MPU3HAKA BBISBJISIIOTCS
B 3 pasa variie, 4eM Cpejin JInI[ 6e3 ITUX MOPAKEHMIT
(16,9% u 4,9%, p < 0,05).

24 BecTHuk CeBepo-3anafHoro rocyfiapCTBeHHOro MeULMHCKOro yHuBepcuTeta um. V.M. MeuHukosa
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Puc. 1. MB — mapdanonnast BHENIHOCTb;
[IMK — npostaric MUTpPaIbHOTO KJIallaHa;

IID — anepconogobubiii pernoruir; CTMC — curapom
runepmobusbioctu cyctasos; I1JIC, IT/ICB — noBbiIieHHas
JMCIIACTUYeCKasd CTUTMATU3a1lNs, BUCIIEPATIbHAL;
CT/l — coemHUTENIbHOTKAHHAS [IUCILIIA3NS;

CIIIA — ckiepojerenepaTUBHOE TOPasKEHIE A0PThI

MBI NpOBEPWJIM B3aMMOCBSI3b MEKIY KOCT-
HBIMU TIpU3HaKaMK au3smOpuorenesa u IxoKI-
nmokasaressiMu. Bce mamuentsr, nMmeionme KAC,
OBLIN pa3/esieHbl Ha JIBE TPYIILL B 1mepByio rpyi-
1y ObLIN BKJIIOYEHBI TIAIIMEHTHI, UMeloIne He 6oiee
2 kocTHBIX TipusHakoB (17 Habsronenuit). Bo Bro-
PYIO TPYIIILY BOILIN HAIIMEHTHI ¢ 3 1 60JIee KOCTHBI-
My ipusHakamu (tabor. 1).

Kak BuHO U3 Tab/IuIlbl, B TPYIIIE MAI[HEHTOB C
3 u 6ojiee KOCTHBIMU MPHU3HAKAMK JU39MOPHOTE-
He3a uMeeT MecTo 6oJiee BBICOKUI MaKCUMaJIbHBII
TPaHCAOPTAJIbHBIN TPAAUEHT JAaBICHUS. 3aKOHO-
MEPHOCTb BBISIBJIEHHBIX M3MEHEHUI TIO/ITBEP:K/Ia-
ercst v 6oJiee BbIPAaKEHHBIMU Y 9TOW IPYIIIIBI TPH-
3HAKaMM PEeMOJIeJIMPOBaHUs cepiiia. Peub ujer o
JIOCTOBEPHOM yBEJTMUEHUH Pa3MEPOB JIEBOTO U TIPa-
BOTO TIPEICEPANH, TOJITUHBI MEXKETYI0IKOBOM
MEePEropo/IKY U 3a/IHEl CTEHKU JIEBOTO JKeTy/I04YKa.
Takum 06pa3oM, HalM JaHHbIE JAIOT OCHOBaHUE

YTBEPKIATh, YTO MeEXKAY KOJUYECTBOM KOCTHBIX
MPU3HAKOB JM39MOPHUOTEeHe3a U BBIPAKEHHOCTHIO
KAC nmeetcs npuynHHO-CJIeJICTBEHHAS CBA3b.

Bompoc 0 B3anMoCBs3M cTeleHN a0pTaJIbHOTO
cTeHo3a u MajapiMu aHomasusmu cepana (MAC)
GBI PACCMOTPEH HAMMU 1TOCJIe (HOPMUPOBAHMS IBYX
TPy MalMeHTOB ¢ pa3ianyHoil creneHbio KAC.
Kak 13BecTHO, TTOCIeTHSISI MOKET OBITH OITpe/iesIeHa
110 CKOPOCTH TIOTOKA M TPAHCAOPTAJIBLHOTO TPaii-
enta nasienus |6, 7]. Jlerkuit KAC 6bu1 BbisiBIIeH
y 17 naruenToB, yMepeHHbIil — y 5, BbIPA)KEHHBIN —
y 34. Ilockosbky rpynmna Jini ¢ ymepenubim KAC
oKazasiachb HEMHOTOUYNCJIEHHOM, Mbl pacIpe/1e TN
WX MKy TPYTIIIAMHU C JIETKUM 1 BBIPAsKEHHBIM CTe-
HO30M aO0pTbl, OPUEHTUPYSCh HA CTENEHb OTKJIO-
HEeHMS TIoKasaresell OT cpefiHux 3HadyeHui. Jlnia
CO 3HAYEHWSIMHM HICKE MeIMaHbl ObLIM OTHECEHDI
B rpymiy c jerkuM KAC, Bbilie — B rpyIiLy ¢ BbIpa-
sKeHHbIM. Takum 06pa3oM, ObuIH c(HOPMUPOBAHBI
JIB€ TPYIIBI TAIMEHTOB C JIETKUM M BBIPAKEHHBIM
KAC (20 u 36 HabJroieH1it COOTBETCTBEHHO).

B Tabsuiie 2 1mpoBeieHO CpaBHEHUWE YaCTOTHI
BbigBIeHUsS MAC cpenu nmaiueHToB ¢ pa3indyHON
CTETeHbI0 BBIPAKEHHOCTU KaJIbIU(PUIIIPYIONIETO
A0PTAJLHOTO CTEHO3A.

Kak BUIHO M3 TIpe/ICTaBJeHHBIX JAHHBIX, TPU
BbipakeHHOM KAC Masble aHOMa/Iny cepjilia BbISIB-
JISTIOTCS IOCTOBEPHO Yallle, YeM y MaIlMeHTOB C Jier-
kM KAC. CpeziHee KoJMuecTBO MaIbIX aHOMAJIUI
B rpymie ¢ BoipakeHHbIM KAC okazanoch 3HAYMMO
Bbitiie, ueM y il ¢ jierkuM KAC (p < 0,01). 911 nan-
HBbIE JIAaI0T OCHOBAaHUE YTBEPsKIATh, UTO CYIIECTBYET
IPUYMHHO-CJIE/ICTBEHHAS CBS3b MEK/Y BHCIEPATIb-
HBIMU CTHTMaMH JIN33MOPUOTEHe3a, KOTOPbIE TIPHHSI-
TO PaccMaTpuBaTh KaK CBU/ETEIBCTBO CHUCTEMHOTO
nedekTa COeIMHNTENTLHON TKaH!, C OJIHON CTOPOHBI,
U CTeTeHbI0 BBIPAKEHHOCTH a0PTAJIbHOTO CTEHO3a —
C JIPYTOIA.

Ta6anma 1
IxoKTI-nokasareyu y il ¢ KaabIIU(PUIHPYIONIUM CTEHO30M a0PThI
B 3aBHCUMOCTH OT KOJMYeCcTBa KOCTHbIX mpusHakos HHCT
Hpusnar (mo 222}1:[11;1& 7111a6J1. (Bu 60]11;1)6}’12111_[3)239 HabI.

MakcumabHBIN TPaHCAOPTATIBbHBIN TPATUEHT /1aBIeHUS 50,5+34,2 73,7£43,7
(MM pT. CT.)

[lnameTp aopThl HA YPOBHE CUHYCOB, MM 35,4 3,4 37,9+4,3
JleBoe mpe/icepvie, MM 43,6 +4,6 45,3+5,0
[IpaBoe npezncepane, MM 46,3£8,3 47,3£6,9
3ajiHss CTeHKA JIEBOTO JKeJIy/I0UKa, MM 11,1+1,5 12,5+2.6
MesxokemynoukoBast meperopojika, MM 13,8+2,0 14,3+3,1

Hpumeuanus: KI1 — xoctupril npusnak; p < 0,01 1mo BceM cpaBHUBaeMbIM TTapaMeTpPaM.
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Tabauia 2

PacnpocrpanenHocts Majbix anomamuii cepana (MAC) cpeau i ¢ pa3anyHOil CTENEeHbIO
KaJbIH(PUIHMPYIONIETO a0PTAIBHOTO CTEHO3a

Ipynmna 1 — nerkunii Ipynma 2 — BoipaskeHHbII
MaJTbie AHOMATTIHE Cep/Ia crenos (20 nabar.) creno3 (36 nabir.) p
abc. % abc. %
AneBpu3Ma MeKITPeICEPIHON TEPETOPOIKN 1 5,0 7 19,4 0,08
[Tposraric MUTpaIbHOTO KiIamaHa (10 2 MM) 1 5,0 1 30,5 <0,05
U yJUIMHEHUE TIepeiHell CTBOPKU MUTPAJIbHOTO
KJIaraHa
Junaranus 1érouHoit aprepun - - 5 13,9 < 0,05
JloKHbIe XOP/IbI JIEBOTO JKeJyI0UKa M AaHOMAJIbHbIe 1 5,0 9 25,0 < 0,05
TpabeKyJIbl
JloHbBIe XOP/IbI JIEBOTO JKeJTyI0UKa M aHOMAJTbHbIe — — 4 11,1 < 0,05
TpabeKyJIbl MoMepeyHble
Cpennee kosmuectBo MAC 0,4+0,9 1,4+1,7 < 0,01

AHasn3 pe3ysibraToB (eHOTUITNIECKOTO 00cIe-
JOBAHUST 25 MAIMEHTOB, OTIEPUPOBAHHBIX 110 TIOBO-
ny kputndeckoro KAC, mokasa, 4To TaiueHTsl ¢
MUKCOMATO3HOW JiereHepalueil yIajJeHHbIX aop-
TaJIbHBIX MTOJTYIYHUH (9 desoBek) nmenn GoJibIiee
KOJTMYECTBO KOCTHBIX IMPU3HAKOB, YEM ITaIlUE€HTHI,
He umeBiue TakoBbiX (3,8+0,6 u 2,8+1,0 npu-
3HaKa cooTBeTcTBeHHO, p < 0,01). JIumb y 3 uz 16
MalfMeHTOB, HE HWMEBIINX ITPU3HAKOB MHKCOMa-
TO3HOM JlereHepaiyuy CTBOPOK, OBLIM BBISBJICHDI
muctiactyeckue penotutisl (18,8%), B To BpeMst
Kak y 7 u3 9 Juil ¢ MUKCOMaTO3HOM JiereHepalueit
(77,8%) BoisiBaien tot wiu unoit JCu® (p < 003).
W3 7 manmeHToB ¢ MUKCOMATO3HOM JeTeHepaliiei
A0PTAJIBHBIX TOJYJIYHUN Yy 4 BbisiBIeHa MDB, ermte
y 3 umesica nepsuunbiii [IMK (2 cayyas vexnac-
cuyeckoro u 1 — knaccuyeckoro 1IMK). Emnte y
2 ONEepUPOBAHHBIX € MMPU3HAKAMU MUKCOMAaTO3HOM
JiereHepanyy He ObLIO HU OJHOTO IPU3HAKA JU-
3aMOprorenesa. TakuM 06pa3oM, MUKCOMAaTO3HAs
JlereHepalys He BCEeT/la COUeTaeTcsI C CUCTEMHBIM
BOBJIEUEHUEM COEUHUTENBHON TKaHW, a, 3HAYMT,
MOJKET OBITh M30JUPOBAHHBIM I1ATOJOTHYECKIM
MPOIIECCOM, JIOKAJW30BAaHHBIM B CTBOPKaX aop-
TaJIbHOTO KJIamaHa.

Y manmeHTOB ¢ IpU3HAKaAMU MHUKCOMAaTO3HOM
JlereHepalii CTBOPOK a0pTabHOIO KJlalaHa cpej-
HsIsI JITMHA AOPTaJIbHBIX TOJIYJIyHUI ObLIa 0CTO-
BepHO OOJIbIlle, YeM Yy TAIUEHTOB 0e3 ITUX IMpH-
3HakoB (2,9£0,2 cm u 2,0£0,5 cM COOTBETCTBEHHO,
p <0,01) (puc. 2).

Puc. 2. Maxporpenapar y/[laJJeHHOTO a0PTAJIbHOTO KJIaraHa
(doto). Xoporto BuHA pa3Has AJTITHA Oy TYHUN.
MuKcoMaTO3Has ZiereHepaIus TPeICTaBIeHA CBETIBIMU
y4acTKaMH

[Tpu rucTosornyeckoM nuccie0BaHuN a0PTaJIb-
HBIX TIOJIYJIYHUI ¢ MUKCOMAaTO3HOU JlereHepaiueit
yIaJIOCh BBISIBUTD, YTO TIOPAKEHHBIN KJallaH BHE
30H MeTpUMUKATOB NPEJACTaBICH TOJIIMU MUK-
COMATO3HOW TKaHW C HapylleHUueM HOPMaJIbHON
TUCTOAPXUTEKTOHUKH (puc. 3). B yyacTkax ¢ MUK-
COMAaTO3HON JlereHepaiieil pacrojarajauch mI0Xo
muddepeHIupyeMbie  Me3eHXUMaJIbHble KJETKHU.
Hab6Jmoamich (hparMenTarist, paciierieHue, CIiv-
pasm3aiusi, AUCCOIMAINAS KOJJIAareHOBBIX U 3Jia-
CTUYECKUX BOJIOKOH C UX ABHBIM Jeduiurom. Bo
BCEX CJIy4asxX B CyO9HIOTEMATBHOM OTHENe W Ha
rpanuile pars spongiosa u pars fibrosa, a Takse 1o
Kpaio KaJIbIIMHATOB BBISIBJISIJIUCD JIETIO3UTHI aMU-
JION/1a, KOTOpbIe OKpallWBAJINCh KOHTO KPACHBIM
B OPAH)KEBO-KPACHBINA IBET U JaBaju sIOJIOYHO-
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3ejieHOe CBeUeHMe B IMOJISIPU30BaHHOM cBete. [le-
MO3UTHI OBbLIM PE3MCTEHTHBI K IPEABAPUTEIHHOI
06paboTKe MepMaHTaHATOM Kaius. [Ipu uMMyHO-
TUCTOXMMHUYECKOM HCCIEIOBAHUM C aHTUTEJaMU
K AA-amuiionyy, K- U A-JIETKUM TIETISIM, K TIPeaib-
OYMUHY 9KCIPECCUHM HTUX AHTUTEHOB BBISIBJICHO
He 66110, Kpome Toro, Bo Beex cirydasix BbISIBJICHDI
MIPU3HAKKU aTePOCKJIepo3a B BHUJE TTEHUCTBIX KJe-
TOK, OTJIOKEHUU JIUTUOB U/UJIU KPUCTAJIIIOB XO-
JecteprHa. XpsieBas MeTallJla3usl BbISBJIEHA B
nByx kiananax (8,0% ciayvaeB), B OHOM U3 HHUX
OHa COIIPOBOK/IAJIaCh KOCTHON MeTallJIa3uei.

Puc. 3. Muxkpornpenapar. CoeiuHUTeIbHOTKAHHAS
JIMCIIIA31, KaJIbIIMHO3 a0PTaJIbHOrO Kiaarnana. Okpacka
reMaTOKCUIMHOM U 5031uHOM, X 100

CyMMuUpysT pe3yJIbTaThl MPOBENEHHOTO WCCJIe-
JIOBAaHWS, CJIEIyeT MOAYEPKHYTh, YTO Y JIUI[ CTap-
MUX Bo3pacTHbIX rpynn pasziaununblie [[Cud BbI-
SIBJISIIOTCS TpuMepHO B 1/3 ciydae, Hambosee
pacmpocTpanenbl u3 Hux M B, amarnoctupyemast Ha
OCHOBAaHUM BBISIBJIEHUS 4 KOCTHBIX PU3HAKOB [N~
3amOpuorenesa, u nepsuunbiii [IMK. TTociemxnmii
ObLI TIpesicTaBieH B 3,3% CJyd4aeB KIaCCUYECKUM
I[IMK u B 7,3% cay4yaeB — HEKJIaCCUYECKUM, YTO
CYIIECTBEHHO OTJIMYAET HAIIIU IAHHBIE OT PE3yJIbTa-
TOoB (hpemunremMckoro ucciaenoBanust (1,3% kiac-
cuueckuii u 1,1% nexnaccuueckuii) [8]. [Ipuumna
CTOJIb CYTIIECTBEHHBIX PA3JIMYUN JIEKUT B TOM, UTO
Hallle uccjeoBaHue He ObLIO TOMYJISIIHOHHBIM.
Kpome Toro, Heb3sl MCKIIOYUTDH, YTO CYIIECTBY-
eT MPUYUHHO-CJIE/ICTBeHHAsT cBa3b Mexkay [IMK
KaK HacJIeZlyeMO¥l MaToJIoThell U CKJepojiereHepa-
TUBHBIMU TTOPAKEHUSIMHU KJIAIIAHHOTO ariapara, a
Hala BbIOOPKa, Oe3yCIOBHO, Obla CMEIIEHHON B
CBSI3M C I1eJIEHATIPaBAEHHBIM ITOMCKOM MAIUEHTOB C
nopaskenuem aoptbl. Hakoner, He0OOX0AMMO TTOHM-
MaTh, YTO HEJIb3ST CTABUTh 3HAK PABEHCTBA MEKIY
(bpeMUHTEeMCKON U 1eTepOypPrecKoil MOy IsIUsIMI

HU TI0 YPOBHIO HACJIEJCTBEHHON OTATOIIEHHOCTH,
HU 110 YPOBHIO arpecCUBHOCTU BHEITHEH Cpe/ibl.

BropbiM BakKHBIM pe3yJbTaTOM HaIIero Wc-
CJIC/IOBAHUSI SIBJISIETCST OOHApysKEHUE MPUYIUHHO-
CJIE/ICTBEHHON CBSI3W MEXKIY CKJepojiereHepa-
TUBHBIMU TTOPAKEHUSIMU KJAIAHHOTO arfapaTta u
MapdanounHoit BHemHocTbio. [locaennnii deno-
TUIl CPein TAIMEHTOB C MPU3HAKAMU CKJIEPOjie-
reHepaTUBHBIX TOPAKeHUH KJIAAHHOTO armmapa-
Ta BCTpevascs B 5 pas vaile, 4eM B KOHTPOJIbHOI
rpynme. YMeCTHO OTMETHUTb, YTO 3aKJIo4eHHe O
MaphaHOUHOIM BHENTHOCTH TPUHUMAJIOCH JIUIIb
IIPU YCJIOBUU OTCYTCTBUS INPU3HAKOB KJacCHye-
ckoro uwim Hekyaaccudeckoro IIMK. Kpowme Ttoro,
KaK 1oKa3aJ1 aHaJIu3, y JIUI] CO CKIepoiereHepaThB-
HBIMU TIOpaKEHUSMH KJIAMIAHHOTO arlapara Jake
3 KOCTHBIX TIPU3HAKa BBIABJSAINCH B 3 pasa yaiie,
yeM y TaIlMeHTOB, He UMEBIINUX 3TUX ITPU3HAKOB.
Takum 06pazom, Hajmure 3 WU 4 KOCTHBIX TIPH-
3HAKOB, BKJIIOYEHHBIX B PEBU30BAHHBIX [eHTCKMUX
KpPUTepUIX AMATHOCTUKU cuHApoMa Mapdana [9]
B IlepeyeHb KPUTEPUeB CHCTEMHOTO BOBJICUEHUS
COEJIMHUTEIbHON TKaHU CJenyeT paccMaTpuBaTh
KaK TPEUKTOP Pa3BUTHUS CKJIEepPO/iereHePaTUBHbIX
nopaskeHunii kiarnanuoro arnmapata u KAC.

Borpoc o npuunHax BbIIBIECHHON B3aMMOCBSI3U
3aCJTy’KUBAeT CIeraabHoro oocysxkaenust. [To man-
HBIM JIUTEPATYpbl, TIPU HEPEeBMAaTUYECKOM I10Pa-
JKEHUH a0PTAJIbHOTO KJIalaHa B CTBOPKaX OOHapy-
JKUBAETCS TpaHChHOPMUPYIOMHUH POCTOBOM (hakTOP
TGF-B, [10], xoTOpbIii OTHOCUTCS K MYJIBTHIIO-
TEHTHBIM IUTOKUHAM, YUYaCTBYIOIIUM He TOJBKO B
MopdoreHese KOCTHON TKaHU, TIPOIeccax BOCCTA-
HOBJICHUS W PereHepalu KOCTH, HO U B Pa3BUTUU
COEJIMHUTETbHOTKAHHOTO KapKaca cep/iiia U aOPTHI.
Kpowme Toro, nedexr renos TGF-B, u TGF-B, n nx
perienitopoB Berpeuaetcs npu takux HHCT, kax
cunzpombl Mapdana u Jlynca — [Autna. Itn Ha-
cJIe/ICTBEHHbIE 3200JI€BaHMsI BKIIIOUAIOT B ceOst Kak
HapyuieHue MopdoreHne3a KOCTHOM TKaHU, TaK U 110-
paskeHue aopThl. Tak 4TO BbISIBJIECHHAS HAMU CBSI3b
MeX/y TTPU3HAKaMu KOCTHOTO [ucMopdoreHesa u
CKJIEpPO/IeTeHEPATUBHBIMU TTOPAKEHUSAMU KJIATIaH-
HOTO ammapara, o-BUIMMOMY, He CJIyyaiiHa.

Bomipoc o ToMm, siBjIgeTcd M MUKCOMAaTO3 aop-
TAJBHOTO KJIAllaHa CaMOCTOATEbHOM HACIe/ICTBEH-
HOHN IaToJIorheil COeIMHUTENbHON TKAaHW WJIU OH
pa3BUBaeTCAd B pe3yJibTaTe BHENTHUX BO3/CHCTBUM,
ocraetcs OTKPBITBIM. C OIHOI CTOPOHBI, HECOMHEH-
Has CBSI3b CKJIEPOJIETEHEPATUBHBIX TTOPasKEHUN
KJIAllaHHOTO afmapaTa ¢ Map(aHOuHON BHEIIHO-
CTBIO TOATBEPKAAIOT HACIEJCTBEHHYIO IPUPOLY
BBISIBJICHHOTO MuKcomatosa. O6 3TOM Ke CBUH/IE-
TeJbCTBYET M TOT (akT, 4yTo y 3 u3 9 MalueHTos,
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onepupoBaHHbix 10 1oBOoAy KAC, umen me-
cTO KJaccuuecknil miam Hekjgaccuueckuii [TMK.
C npyroii CTOPOHBI, TPYHO OTKA3aTHCS OT MBICJIN O
poJii BUPYCHON MH(MEKIINN B Pa3BUTUM MUKCOMa-
TO3HBIX U3MEHEHUI KJlallaHa. BriosiHe BO3MOKHO,
YTO HapyllleHue TUCTOAPXUTEKTOHUKU a0pPTaTbHO-
ro knamana pu HHCT cosmaer GuaronpusitHbie
yCJIOBUS /IId (PUKCAIMU U PEIIMKAIIMU BUPYCOB
reprieca. Posb mocienux B pa3BUTUU MUKCOMa-
TO3HOI1 JiereHepaiyy Obiia yoeauTeabHO IIoOKa3aHa
OJIHMM M3 aBTOPOB 9TOIl pabOThI, OOHAPY KUBIIIM
y BceX OOJIbHBIX ¢ MHUKCOMATO3HOM JereHepariueii
A0PTaJIbHOTO KJlalaHa B (hnOpobiacTax BUPYC MPO-
ctoro reprieca 1 tumna, ay 88% — 2 tuma [11].

Takum 00pasoM, MOJyYeHHbIE JaHHBIE CBUjE-
TeJILCTBYIOT O TOM, YTO KOCTHBIE IPU3HAKY CJIe/yeT
paccMaTpuBaTh KaK CBUIETENBCTBO Y4acTHs MOKA
ele He U3YYEeHHBIX HACJE/ICTBEHHBIX MEXaHU3MOB
pa3BUTUSA  CKJepo/leTeHepaTUBHBIX — TOpakKeHU
kianannoro anmnapaTta u KAC. Ectb Bce ocHoBaHus
M0JIaraTh, YTO KOCTHBIE TIPU3HAKN U Map(aHOUIHYIO
BHEIIHOCTb CJIEJyeT paccMaTpuBaTh KakK BasKHbIE
npennKTOpbl (hPOPMUPOBAHUS CKIEpPOIeTeHepaTB-
HBIX TIOPa’KeHUH KJIalaHHoro arfapara.

BoiBoabl

1. Y ofHOIi TPETH MaIrMenToOB CTapITUX BO3PACT-
HBIX TPYTIT BBISBJIEHBI UCIIIACTHYECKUE CUHIIPO-
MbI U (DEHOTHIIBI, CPEAN KOTOPBIX HamboJiee pac-
npocTpaHenbl MapdanonHas BHenHocTb (18%) u
mpoJiaric MuTpaibHoro Kiamana (10,7%).

2. He tonbko MapdaHouHyio BHENTHOCTH, HO
U HaJIM4re XOTs Obl TPEX KOCTHBIX MPU3HAKOB, UC-
MOJIb3YeMBIX [T TMATHOCTUKHW cUHApoMa Map-
(ama, cremyer paccMaTpuBaTh KakK TPEIUKTOD
pa3BUTUA  CKJIEpPO/IeTeHePATUBHBIX — TOpPaKEHUN
AOPTAJTLHOTO KJIATaHa.

3. Kasmprmpummpyiomuii  aopTaabHBIN CTEHO3
ACCOIIMUPOBAH C yBeJIMYEHUEM KOJUYECTBA MAJBIX
aHOMAJNI cep/IIa, BBIABISEMBIX JOCTOBEPHO Yarie
y TAIMEHTOB ¢ KPUTHUYECKUM AOPTAJIbHBIM CTEHO-
30M, YeM y TIAITUEHTOB C JIETKOW CTETIEHBIO CTEHO3A.

4. Mopdosorndyeckoe mnccaenoBaHne CTBOPOK
AOPTAJLHOTO KJamaHa TO3BOJUJIO BBISBUTH TPHU-
3HAKW UX MUKCOMATO3HOM jlereHeparin 6oJiee uem
y 0/IHO# TpeTu mannenToB. [lociennss, kak mpaBu-
JI0, BBIABJISETCS y JUI] ¢ Map(aHOUIHON BHEITHO-
CTBIO WJIA TIPOJIATICOM MUTPAIBHOTO KJIamaHa.

H.H. llapgenosa
Daxc: +7-812-275-73-44
e-mail: 5403991@mail.ru
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